***Background.*** Congenital CMV infection is a leading cause of sensorineural hearing loss (SNHL) and neurodevelopmental impairment in childhood. Information on CMV detection in cerebrospinal fluid (CSF) and its association with outcomes is limited. The objective of this study was to determine the significance of CMV detection in CSF of infants with congenital CMV infection.

***Methods.*** Retrospective review of cases of congenital CMV infection diagnosed at Nationwide Children\'s Hospital, Parkland Memorial Hospital/Children\'s Medical Center Dallas, and the University of Oklahoma Health Sciences Center from 1996-2014. Diagnosis of congenital CMV was made by culture or PCR from urine or saliva within the first 3 weeks of age. Detection of CMV in CSF was performed by culture or PCR. Clinical, laboratory, radiographic, and audiologic data was reviewed. Infants in whom CMV was detected in CSF were compared to those whose CSF was negative for CMV.

***Results.*** Twenty-two infants with congenital CMV infection who had a lumbar puncture performed and CSF tested for CMV were enrolled. All 22 infants had clinically apparent (\"symptomatic\") disease. 10 (45%) infants had CMV detected in CSF (CSF+) and were compared to the 12 infants whose CSF was CMV-negative (CSF-). The CSF+ infants did not differ from those whose CSF was CMV negative (CMV-) in age at diagnosis (median/range; 1.5 \[1-8\] vs1 \[1-17\]; p \> 0.05), platelet count (p = 0.47), alanine aminotransferase (p = 0.11), direct bilirubin concentration (p = 0.08), or CSF analyses including white blood cell count (p = 0.98), protein content(p = 0.39), or glucose concentration (p = 0.31). Of the CSF+ infants, 6 (60%) had SNHL, while 10 (83%) CSF- infants had SNHL. Abnormalities on CNS imaging studies, either ultrasound/CT/MRI, were comparable between groups.

***Conclusion.*** CMV was frequently detected in CSF of infants with clinically apparent congenital CMV infection. However, its detection was not associated with increased rate of SNHL or neuroimaging abnormalities. Larger studies that incorporate neurodevelopmental assessments are needed to determine the potential role of CSF evaluation in the management of infants with congenital CMV infection.
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